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Abstract 




Chronic Inflammatory Demyelinating Polyneuropathy is an autoimmune disease with progressive and relaps- 
ing courses. The main clinical presentations are diffuse deep tendon hyporeflexia or areflexia and symmetric 
proximal-distal muscles weakness. Myasthenia gravis is also an immune mediated disease with fluctuating ocu- 
lar and bulbar symptoms and sometimes weakness. Although both myasthenia gravis and chronic inflammatory 
demyelinating polyneuropathy are immune mediated disorders, clinical presentations are obviously different in 
the two diseases. 

Herein, we will report a case of chronic inflammatory demyelinating polyneuropathy who presented with isolat- 
ed unilateral ptosis. Initially, the patient was managed as ocular type of myasthenia gravis, but after progression 
to general limb weakness and areflexia, the diagnosis of chronic inflammatory demyelinating polyneuropathy 
was made. Although unilateral ptosis is a typical feature of myasthenia gravis, it may be seen as the first presen- 
tation of chronic inflammatory demyelinating polyneuropathy as well which mimics myasthenia gravis disease. 
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Introduction 

Chronic Inflammatory Demyelinating 
Polyneuropathy (CIDP) is an acquired and 
autoimmune disease which involves both 
sensory and motor peripheral nerves (1). It 
is a lifelong disease with progressive and 
relapsing courses. The main clinical presen- 
tations are diffuse hyporeflexia or areflexia 
and symmetric proximal-distal muscles 
weakness. It occurs mainly between 40 to 
60 years of age with mild preference for 
males. It rarely presents in the atypical 
form as unilateral or multifocal or distal 
involvement (2). There are frequent reports 
about spinal nerve roots hypertrophy in 
CIDP resulting in spinal canal st enosis (3). 
Facial nerve palsy and ophtalmoplegia 
were also reported in CIDP (4,5). Here we 



will report a rare presentation of undiag- 
nosed CIDP (isolated and unilateral ptosis) 
which mimicked Myasthenia Gravis (MG) 
at first from Shiraz, south of Iran. 

Case presentation 

A 55 year old lady was referred to 
Motahhari clinic, an outpatient center affil- 
iated to Shiraz University of Medical Sci- 
ence, with a history of isolated left eye pto- 
sis without significant fluctuation during 
the day for 3 months. She had no history of 
diplopia or weakness. At that time general 
and neurological examinations were nor- 
mal. With clinical impression of Myasthe- 
nia Gravis complementary evaluations were 
started. Magnetic Resonance Imaging 
(MRI) of the brain, Thyroid Function Tests 
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and edrophonium chloride (tensilon) test 
were normal. Nerve Conduction Velocity 
(NCV) and Electromyography (EMG) did 
not show any significance and Repeated 
Stimulation Test (RST) of the Orbicularis 
Oculi muscle showed about 10% decre- 
mented pattern, so with possibility of myas- 
thenia gravis oral form of pyridostigmine 
bromide (mestinon) was prescribed. 

She showed no response to medication 
and gradually progressed to both lower ex- 
tremities weakness (muscle power 4-/5) 
mainly in the proximal muscles in a sym- 
metric pattern and general hyporeflexia 
(deep tendon reflex 1/2) was also appeared 
about two months later. Repeated NCV 
study and EMG showed significant in- 
creased distal latency and decreased con- 
duction velocity in demyelinating range for 
the left posterior tibial and left ulnar nerves 
with conduction block in the right posterior 
tibial nerve. All F waves were prolonged. 
These data met criteria for CIDP. To con- 
firm these findings, Lumbar Puncture (LP) 
was performed. Cerebro-Spinal fluid (CSF) 
analysis revealed a protein level of 150 
mg/dL without any abnormal White Blood 
Cell (WBC). Serum protein and immuno- 
globulin electrophoresis were within nor- 
mal value. Repeated RST did not reveal 
any significant decremented pattern. 
Therefore, she was diagnosed as CIDP and 
managed with Intravenous Immunoglobulin 
(IVIG). Relative improvement was ac- 
cessed and she was discharged with oral 
prednisolone in a good condition. 

Discussion 

CIDP is a lifelong and treatable autoim- 
mune polyneuropathy (6). It usually pre- 
sents with limbs weakness and infrequently 
cranial nerves are affected as well, but iso- 
lated unilateral ptosis especially as a first 
complaint is not a usual symptom in CIDP. 
There are a few reports in the literature to 
describe cranial neuropathy as CIDP re- 
lapse. Husain and his colleague introduced 
a diabetic patient with CIDP who had pre- 
sented with progressive arms and legs 
weakness superimposed by lower motor 



neuron type facial palsy 3 months later (4). 
In 2009 and 2010, two patients were intro- 
duced with CIDP and ophthalmoplegia. 
The first patient was a 40 year old woman 
diagnosed with CIDP at 25 years of age; 
she later experienced relapse with ptosis 
and third nerve palsy (7). The second one 
had controlled CIDP for 2 years and devel- 
oped to isolated oculomotor nerve palsy as 
a relapse of her disease (8). In another re- 
port in 2002, a patient firstly presented with 
unilateral ocular ptosis and isolated adduc- 
tion deficit and 2 years later was diagnosed 
with CIDP "(9). In all the above patients, in 
addition to limbs weakness, ocular manifes- 
tation was a prominent feature of CIDP. 

What is noticeable in our patient is the in- 
itial presentation with isolated unilateral 
ptosis misleading to a wrong MG diagno- 
sis. MG is an autoimmune disease with 
mainly ocular manifestation. The unique 
feature of MG is fluctuation and diurnal 
variation within 24 hours. MG sometimes 
overlaps with other autoimmune diseases 
such as diabetes mellitus, rheumatoid ar- 
thritis, hyperthyroidism and Sjogren 
(10,11). In 1999, a nineteen year old boy 
was reported who simultaneously had MG 
and CIDP, two diseases with antibody me- 
diated ethiology (12). In our patient, all 
investigations for MG including edropho- 
nium chloride test, RST and empirical ther- 
apy with pyridostigmine bromide were 
negative. So diagnosis of concomitant MG 
is very unlikely. 

CIDP responds well to IVIG and predni- 
solone. Plasma exchange is also another 
choice to control symptoms (13). This pa- 
tient improved after starting Intravenous 
Immunoglobulin and oral prednisolone. 

Conclusion 

CIDP is an acquired multifocal and seg- 
mental demyelination in the peripheral 
nerves that sometimes affects cranial 
nerves in isolation as a relapse or even as a 
first manifestation. But isolated unilateral 
ptosis at the beginning of disease is a very 
rare manifestation that could mislead phy- 
sicians to an incorrect diagnosis. 



http : //mj iri . iums . ac . ir 



2 



MJIRI, Vol. 28.33. 10 May 2014 



S. Izadi, et al. 



Acknowledgements 

The authors would like to thank Dr. 
Nasrin Shokrpour at Center for Develop- 
ment of Clinical Research of Nemazee 
Hospital for editorial assistance. 

References 

1. Gorson KC. An update on the management of 
chronic inflammatory demyelinating polyneuropa- 
thy. Ther Adv Neurol Disord. 2012; 5(6): 359-373. 

2. Yoon MS, Chan A, Gold R. Standard and esca- 
lating treatment of chronic inflammatory demye- 
linating polyradiculoneuropathy. Ther Adv Neurol 
Disord. 2011; 4(3): 193-200. 

3. Staff NP, Figueroa JJ, Parisi JE, Klein CJ. Hy- 
pertrophic nerves producing myelopathy in fulmi- 
nant CIDP. Neurology. 2010; 24; 75(8): 750. 

4. Husain A, Aziz U. facial nerve palsy with 
chronic inflammatory demyelinating polyneuropa- 
thy. A.P.M.C. 2011; 5(1): 67-69. 

5. hyper Shah S, Chandrashekar H, Manji H, 
Davagnanam I. Cranial nerve, spinal root and plex- 
us trophy in chronic inflammatory demyelinating 
polyneuropathy. Pract Neurol. 2012; 12: 68-69. 

Brannagan TH, Patterson SK. Alemtuzumab: the 
future of chronic inflammatory demyelinating poly- 
radiculoneuropathy treatment? Expert Rev. Clin. 
Immunol. 2010; 6 (3): 319-321. 

6. Tsuda E, Imai T, Hozuki T, Yamamoto D, 



Harada K, Shimohama S. Transient oculomotor 
palsy correlated with nerve enhancement on MRI in 
chronic inflammatory demyelinating polyneuropa- 
thy. Inter Med. 2009; 48: 1985-1987. 

7. Tataroglu Cen, Ozkul A, Ozsunar Dayanir Y, 
Tataroglu Can. Isolated Oculomotor Nerve Palsy 
Due to Chronic Inflammatory Demyelinating Poly- 
radiculopathy. J Neurol Sci Turk. 2010; 27(2): 219- 
223. 

8. Pieh C, Rossillion B, Heritier-Barras AC, 
Chofflon M, Landis T, Safran AB. Isolated unilat- 
eral adduction deficit and ptosis as the presenting 
features of chronic inflammatory demyelinating 
polyradiculoneuropathy. J Neuroophthalmol. 2002; 
22(2): 92-94. 

9. Bradly WG, Daroff RB, Fenichel GM, 
Jankovic J. Neurology in clinical practice. 5 th ed. 
Philadelphia PA: Elsevier; 2008. 1594 p. 

10. Lin W, Hsu Y. Sjogren's syndrome with 
chronic inflammatory demyelinating polyneuropa- 
thy. Neurol India 201 1; 59:476-478. 

1 1 . Shankar V, Sayeed ZA. Myasthenia gravis 
with chronic inflammatory demyelinating polyneu- 
ropathy - A case report. Neurol India [serial online] 
1999 [cited 2013 Jan 15]; 47:78. Available 
from: http://www.neurologyindia.com/text.asp7199 
9/47/1/78/1650. 

12. Rogers MM, Rajabally YA. Overview of the 
pathogenesis and treatment of chronic inflammato- 
ry demyelinating polyneuropathy with intravenous 
immunoglobulin. Biologies. 2010; 4: 45-49. 



MJIRI, Vol. 28.33. 10 May 2014 



3 



http : //mj iri . iums . ac . ir 



